Patients with this condition tend to present with nonspecific symptoms such as anal itching, burning or bleeding. Macroscopically the lesion resembles an erythematous plaque which may be ulcerative and crusty or papillary. Microscopically perianal Paget's disease is characterized by large basophilic or vacuolated cells in the epidermis. With their high mucin content, the Paget cells stain heavily with periodic acid-Schiff. They also contain low-molecularweight cytokeratins and carcinoembryonic antigen; the latter can be seen by immunofluorescence or immunohisto-chemistry3. Paget cells also express gross cystic disease fluid protein, which can be regarded as a specific marker for the cell4. Expression of c-ErbB-2 oncoprotein may play a role in promoting intraepithelial spread of adenocarcinoma cells5.
Perianal Paget's disease may be associated with underlying malignant disease, so a search for synchronous or metachronous tumours is essential before treatment. When invasive growth is absent wide local excision is recommended3. For invasive carcinoma or lesions associated with synchronous malignancies, abdominoperineal resection is the treatment of choice. Radiotherapy has no place in treatment because of a high recurrence rate after its use6.
Depending on the extent of perianal Paget's disease, a covering colostomy may be required before wide local excision. The surgical defect created may be repaired by cutaneous flaps (as in the case presented) or, if needed, bilateral myocutaneous flaps7. Preservation of bowel function is the aim. The covering colostomy is usually closed at six months. 7 Abnormalities of the hyoid bone can be a cause of puzzling symptoms and signs.
CASE HISTORY
A woman aged 66 gave a six month history of clicking in her throat on swallowing. This was associated with a feeling of 'heaviness' in the same region. There was neither pain nor difficulty on swallowing. She did not have any respiratory symptoms or jaw-locking and denied any history of trauma.
On clinical examination the hyoid bone was found to be large, with palpable greater horns that were abnormally long, extending all the way back to the cervical vertebrae. A click was detectable on palpation of the greater horns as they were caught and slipped off the spine on swallowing. Otolaryngological and head and neck examination was otherwise unremarkable. Plain X-ray of the neck showed the greater horns in contact with the lateral mass of the third cervical vertebra (Figure 1 ).
There were no associated abnormalities. The patient was offered the choice of conservative or surgical treatment. Because of the mild nature of the symptoms she chose the former. Reassurance was all that was required. articulation2. This architecture makes the hyoid bone an extremely mobile structure. The hyoid bone evolves from the cartilage of the second and third visceral arches. The lesser horns arise from the second, the greater horns from the third and the body from both arches. Ossification starts in six centres within the bone, two in the body and one in each horn. Ossification begins in the greater horns towards the end of intrauterine life, in the body shortly before or after birth, and in the lesser horns at around puberty3.
Anomalies of the hyoid bone are not common. The published work describes only a few anomalies of the hyoid complex (the bone and structures related to it), some congenital and others acquired.
Morrissey and Alun-Jones in 1989 described, amongst the congenital category, a case of symptomatic enlargement of the hyoid bone4. The patient's main complaint was of pain on swallowing, which was associated with jaw locking. Radiography showed large and splayed greater horns impinging on the inside of the mandible.
Another anomaly was described by Ilankovan5 in a patient with pain and clicking aggravated by neck movement. An abnormal accessory bone was found between the hyoid bone and the thyroid cartilage on one side. That bone was articulating by synovial joint with the greater horn of the hyoid bone and the superior cornu of the thyroid cartilage. There was no history of trauma and the hyoid was otherwise normal. More recently, Makura and Nigam6 reported a case with similar presentation in which the symptoms were completely relieved by excision of the greater horns of the hyoid bone. Stylohyoid ossification was recognized as early as 1654 by Marchetti of Padua7. Later Eagle and Durham8, as well as Moffat et al.9, described the associated syndrome of dull, nagging pain in the throat, which is usually localized to the tonsillar fossa and radiating to the ear. The pain can be made worse by swallowing or moving the neck. Anomalies of the hyoid bone can arise from mandibular advancement operationsl0. Radical neck dissection may also cause trouble with the hyoid bone, due to hypertrophy of the sternohyoid muscle1l. Alterations in the position of the hyoid bone have also been associated with complaints such as mouth breathing2. A condition called the hyoid bone syndrome, with pain at the sides of the neck, was described by Lim12. It was due to an insertion tendinosis of the stylohyoid tendon. In our patient, the greater horns of the hyoid bone were longer than normal. They were impinging on the vertebral column at the level of the body of the third cervical vertebra. The probable cause of the clicking was friction between the bones.
